On examination: He had slight jaundice, evidence of ascites and dilated veins on the abdominal wall, the blood flowing both from the umbilicus outwards and from the groins up to the subcostal region. After the ascites had been tapped a large tender liver was palpable and no hepatojugular reflex was obtainable.
Investigations: Serum bilirubin 2-1 mg/100 ml; thymol turbidity 1 unit; alkaline phosphatase 27-3 K-A units; SGOT 830, SGPT 900 units/ml; total plasma proteins 5 6, albumin 3-2, globulin 2-4 g/100 ml; prothrombin time 21 sec. Casoni test negative; barium meal normal. Hb electrophoresis: no abnormal haemoglobin. Protein content of ascitic fluid 2-4 g/100 ml. The rapid development of the ascites and collateral circulation, the speed with which the ascites reaccumulated, the absence of a hepatojugular reflex and the spontaneous rise in the prothrombin time presented a similar clinical picture to that seen in a previous case of Chiari's disease, and a clinical diagnosis of that condition was therefore made. He was treated symptomatically, improved and was discharged after two months.
In May 1964 he was readmitted with a perforated duodenal ulcer. This was sutured and a liver biopsy taken (Fig 1) . This confirmed that the patient was suffering from Chiari's disease. He has remained under observation since, his general condition has improved considerably and he is fit to do light work. Current investigations show the hemoglobin to be 67%; serum bilirubin 1 A mg/100 ml; alkaline phosphatase 24 K-A units; thymol turbidity 2 units; SGOT 30, SGPT 23 units; total plasma proteins 7 2, albumin 3 * 6 and globulin 3-6 g/I00 ml.
Comment
The diagnosis of this case does not appear to be in doubt, for it is confirmed by the duration of the illness which excludes any primary neoplastic condition and by the liver biopsy taken at the time of operation for a perforated duodenal ulcer. This biopsy (Fig 1) shows changes characteristic of a gross 'nutmeg' liver. These changes, in the absence of congestive cardiac failure or constrictive pericarditis, but with evidence of severe hepatocellular damage and the development of a portal vein collateral circulation, are regarded as diagnostic of hepatic vein occlusion.
There are two unusual clinical features in this case history: (1) There has been no albuminuria although it is assumed that the inferior vena cava is occluded, or partially occluded, at the site of the ostia of the hepatic veins above the renal veins.
(2) There is now no splenomegaly. Earlier in the illness splenomegaly was noted but with the development of a good collateral circulation the spleen may have shrunk so as to be no longer palpable.
In 1857 Budd reported that thrombosis of both the portal vein and the hepatic vein could occur. He did not, however, give any clear morbid anatomical or clinical picture of primary thrombosis in the hepatic veins for he says that thrombosis in the hepatic veins may occur in association with small abscesses and that this is apt to complicate amputation of the leg. It is difficult now to understand the pathological condition he described, but it may have been septicemia.
In 1899 Chiari, who was Professor of Pathology in Prague, described the post-mortem findings in three cases, two women aged 28 and 59, and a man aged 29, all of whom had been found at post- The woman aged 59 and the man aged 29 both presented with a short history of abdominal distension, anorexia or vomiting, ascites and hepatosplenomegaly: the woman died a fortnight after admission and the man two months after the onset of symptoms. The woman aged 28 became ill five months after delivery. She presented with anorexia, pain in the right hypochondrium and loss of appetite. Eleven days after the onset of the illness she was seized with severe epigastric pain and persistent vomiting. She died fourteen hours later. At post-mortem all the cases had ascites with hepatosplenomegaly and obliterative endophlebitis of the hepatic veins. Chiari concluded that productive inflammation of the venous walls led to endophlebitis with peripheral extension and obliteration and that this was a primary process (Figs 2, 3 and 4).
Primary thrombosis of the hepatic veins is not a common condition in the white races, for Armstrong & Carnes (1944) report that at Stanford University only 5 cases were seen in 11,979 autopsies, an incidence of 0-042%, while over a period of thirty years, from 1910 to 1939, Kelsey & Comfort (1945) state that only 4 primary cases were seen at the Mayo Clinic. In Jamaicans, especially in children, it is more common. Stuart & Bras (1957) reported 84 cases of which 71 occurred in children, and they suggested that the primary aetiological factor was probably the drinking of 'bush tea' made from senecio and crotalia; malnutrition may have been a subsidiary cause. Safouh et al. (1965) was needed before a good collateral circulation developed, the patient's ascites disappeared and he returned to work. In January 1955, three years after the onset of his ilness, he was readmitted with a copious hamatemesis followed by coma, and he died forty-eight hours later. At post-mortem (Dr Sybil Robinson) there was complete obliteration of the ostia of the lower right and left hepatic veins in the inferior vena cava and the right upper hepatic vein was blocked by fibrous tissue (Figs 7  and 8) . The liver had a 'morocco leather' surface with peritoneal adhesions and on section showed coarse mottling by fibrous strands enclosing regeneration nodules (Fig 9) . Histological examination showed hypertrophy and fibrosis of the muscularis of the hepatic vein with great hypertrophy and fibrosis of the intima completely ifiling and obliterating the lumen (Fig 10) , identical with that found in Chiari's case (Fig 4) . On the anterior wall of the pyloric antrum was a chronic gastric ulcer, 4 x 3 cm, which was firmly adherent to the liver and which had several bleeding points in the floor.
Treatment
The treatment employed in the cases reviewed was conservative and expectant, for it was felt that the patients' best prospects for improvement lay in the spontaneous development of a collateral Towards the end of 1963, she began to notice urinary frequency and in April 1964 tubercle bacilli were found in the urine. A pyelogram showed calcification in the lower pole of the left kidney, with considerable loss of renal substance in this region. The bladder was small. The right kidney, the upper part of the left kidney and the ureters were normal.
In June 1964, cystoscopy revealed obvious signs of tuberculosis in the bladder. Its capacity was 250 ml and there was aedematous mucosa on the left lateral and posterior walls, with tubercles and one or two small ulcers. The left ureteric orifice was patent and surrounded by injected mucosa. The right ureteric orifice was normal.
A firm diagnosis of renal tuberculosis was therefore made. Anti-tuberculous treatment was given for six months before she was readmitted for definitive surgery in November 1964. By this time her urine had become clear on ordinary microscopic examination. Her blood pressure has remained unchanged at 180/100. It was decided that, in view of the possible risk of continuing pyelonephritis, the left kidney should be explored and the lower half removed, provided the upper half looked and felt normal. At operation, a cyst containing milky fluid was found in the lower pole of the left kidney. Some calcification was associated with it, but there was no connexion between the cyst and the calyces. The rest of the left kidney felt normal. The whole of the lower pole was removed and the upper part of the kidney retained. Sections of the removed kidney tissue showed evidence of chronic pyelonephritis with healed renal tuberculosis.
She made satisfactory post-operative progress. She has continued on her maintenance dose of prednisone throughout. When seen in May 1965 she had no urinary symptoms apart from occasional nocturia. The urine contained albumin, some blood cells and a few hyaline casts, and yielded a scanty growth of coliforms on culture. An intravenous pyelogram showed good function in the remaining portion of the left kidney.
Comment
There seems little doubt that a long-standing quiescent renal lesion was re-activated by the administration of prednisone. The present plan is to try to wean her off prednisone before she completes a full two-year course of chemotherapy for her tuberculosis.
Hypoparathyroidism
David Kendall DM MRCP S K, woman, aged 32 History: First seen in April 1959, complaining of intermittent spasm of both hands, first noted at the age of 10 years, and which had increased in frequency and severity. Her appetite was poor and she had lost weight. During the previous three years her mother had noticed that her eyelids were drooping and that she had to throw her head back to see properly.
Past history: Full-term, normal delivery, her mother having had hydramnios. Walked at twelve months; teething and other childhood milestones normal. Apart from measles in infancy nothing abnormal was noted until 1939 when she
